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Fisenmenger Syndrome in Pregnancy
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Summary

I last 10 vears, only 3 cases of Lisenmenger svndrome m pregnancs were tound, Aot them wer
ireated with conventional therapy and all 3 delivered vaginally . Two ot the Ybabieswere prematire Tawo
ot the S mathers and all 3babies survived. The only maternal death was postpartum,

introduction

B 19as Wood (1958) expanded the anatomic
concept ol the Fosenmenger comples and debimed

Disenmoenger

hopertension atsystemie level, due to a high pulmonary

Vs uhar resistance with reversed or bidirectional shunts

syondrome (bS5 as “pulmonary

ataorte-pulmonary . ventricular oy atrial level”.

Thus sy ndrome in pregnaney and especially in
puctpertom carries a high maternal and fetal morbidity
and vartaling iGlesher et al 1979) Maternal mortality
i caseswath Fisenmenger’s syndrome has changed very
Hte over fast S0vears (Yentis ot af, 1998). The mainstay
of treatment s administration ot oxyvgen, digitalis,
draretics and antibiotics (conventional therapy). The use
ot heparm and sympathomimetics is still controversial.

Vdminstranon of nitric onide by mhalation during labor
fovons pu]monm'\‘ artery pressures withim mmutes and
danprotes ovveenation (Goodwin et al 1999 We came
deross 3 cases i last [0 vears who were treated with

conventional therapy, 2 of the mothers and all e Shab
survived,

Casereports
Case .1

Mrs AL 20 vears ot age, o provigray ida presented
at 20 weeks of gestation with palpitation and progiessive
effort dyspnoea. She had cvanosis of the digits and
tongue since childhood. On examination <he had
clubbing of tingers and toes and central cvanosis Then
was clinical evidence of right ventriculor by pertrophn
and pulmonary hypertension. Obstetrical cvanunation
revealed a gravid uterus correspondimg to gestational
age. The clectrocardiogram and chest N-rav wen
consistent with teatures of FSo A 2 dimensional
echocardiogram demonstrated ventricatar septal detect
with pulmonary by pertension. Hacmogram, blood
biochemistry and urie analvsis were soithim normil
limits. Serial ultrasonography and nonstress fest wer
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Adonctoassessretabwell being. Patient was given digitalis,
Fasic RO antiboticos and ovveen. T abour was induced
At termand s matore femate intant was detivered by
Cacuum evtracbions Fhroughout labor, haemodynamies
remamed stable Her oy anosis became worse m earls
puaeiperiim but she responded weltl to conventional

therapy and was discharged
Case No. 2

AMrs Boa 3 fpravida 23 vears ot age, presented
At 2w ecks of pestation with progressive ettort dvspnoca.
Shewas known to have had heart disease since carly
chifdbood manitested by oy anosis on exercise and by
troquient respreatory mtections. She had two preterm
Aefivenes athome at 3hwecks ot gestation. Both the babies
ted withan a week of birth, On exanmation she had
centralb cvanosissclubbing of fingers, Toud pulmonary
component of second heart sound on auscultation and
rmhtventricular hy pertrophy as documented by chest
Aoy and electrocardiography. A 2-dimensional
cvhocardiography showed large atral septat detect with
bidirectional shunt. Ulirasonography and nonstress test
weredonetoassess tetahwell bemng, Shewent mto preterm
Abtorat 3w ecks gestation. Tocolvsis was started and
Jexamethasone given. bwo days later she dehivered
o a premature female baby. Patient’s condition
worsoacd tioee durmg puerpertium. She was managed
by conventional therapy towhich she responded well

and was discharged atter 2 wecks.
Case No. 3

N Coprimugravida, 24y cars of age apparently
a=vmiptomatic and unaware of any cardiac discase tll
Cdavs back when shewent to a hosprital at 32 wecks ot
wostation w ith blush discoloration ol nails, palpitation

md breathlessness: shewas diagnosed there to be a case
S ared reterred Lo this hospital. She presented with
proterm laborand hguor dramimg pervagina for 10 hours,
O evammation, she had cdubbing ot fingers and toes
with central cvanosis and BP was 1H0/96. She was
tebrde There was clineal evidencee of right ventricular
hopertrophy and pulmonary hypertension. Obstetrical
evamumation showed a gravid uterus corresponding to
25 weeks of gestation. She was in labour with absent
membrane Hectrocardiography and chest X-rav were
stegestinve of FsoA 2-dimensional echocardiography
~honed ventricular septal defect. Labour was augmented
atth svntocimon. She delivered vaginally a premature
male baby . She was treated with antibiotics, digitalis,
moen frisemide and nifedipine. Patient developed
Pypetension on 30 postnatal davand was shifted to
mitensicecare unit formanagement. She recovered trom
this eprsodes On e postnatal dav agam her condition

deteriorated and she succumbed to death Vatopsy wa
not performed as patient’s relatives vefuscd foovn
consertt.

Discussion

The symptomatology ot IS though partially
depends upon the underlving cardiac detect. 1he
common findmg of pulmonary hy pertension soll be there
i all cases. Lack of svmptoms mav be ~trikime and the
condition mav not be diagnosed untl pregnancy asin
case No. 3 This teature was also noted by Glesher of ol
{1979). The diagnosts in all our patient= soas made by
the chintcal tindings and supported by T 2D
echocardiograph and X-rav chest

The most accepted explanation tor high
maternal mortality especially i the carlv postpartan,
pertod, 1s hyvpotension which leads to micrease m el
to left shunt following dehivery (Jones & Flowitt juns
Pitts et al 19775, Tt is obvious that factors that i rea «
pulm(mar}' resistance, decreases systemn rostsbarie e ot
causes a fall in peripheral blood pressurc thioneh
volume foss which enhances the pght to et shuant sach
a change mav occur acutelv. as with o sudden pos
partum blood loss or pulmonary embolus, o may be
caused by the inabtity of the pulmonary voscnilature 1o
readjust to pregnancy hemodynamic condition e
eclampsia is known to aggravate the hy percoagaiabil
state of pregnancy cven more. The only case ot o
which died durmg pucrperium suttered from pn
eclampsia. As previouslv reported by ather s dfones &
Howitt 1965, Arias 1977, C rawtord et al 1971 maternad
mortalitv was highest during parfurdion and i tHi
puerperium: sudden death has been described npto 22
davsatter delivery (Netlson et al {9775,

Jevamalar et al (1992) condcluded that th,
patients who were managed By conventional therapn
succumbed to death and those managed by carcrul nse
of pharmacological agents namely aramine and hepari
swrvived. However, our experience has proved that
conventional therapy 1 quite eftective  The vse ol
anticoagulation in fact i~ sharply opposcd by
Nan_., ikkara and Preris (1964) and later by Pilts el o
(1977). Lust et al (1999} and Goodwin et al (1999 hav
shown that their patients responded well to mhalation
ot nitric oxide, but in both cases mother dicd
puerperium. We have not used anticoagulant ot
oxide in our cases. Calcium antagonists are known to
decrease pulmonary arterial pressure more than
svstemic arterial pressure in I'S (Wong ot al T¥SY) sone
used nifedipine in our 3" case which had PIH

The normal pregnant patient tolerates the



sudden blood Toss ot upto 1itre without much problem
but o patient of S mav not be able to adjust her
pulmonary crrculation. This will mcrease her right to
fett shunt, decreased cardiac outnut and she will enter a
victous oveles This is the hype  etical explanation tor
high maternal mm'ta]lty mn association with caesarean
section (Gieisher etal, 1979, Jones & Howitt 1965). Hence.
vaginal delivery seems to be the mode of choice. All our
3 cases delivered vaginally. Gleisher et al (1979) in his
review has shown that more than half of all deliveries
were premature. Whereas Yentis et al (1998) have shown
that onlv 157, of intants were born at term. The total
perinatal mortality reached 2837, which was mainly
because of prematurity. Two of our 2 cases had preterm
labour, however the babies survived as they were not
too premature. Since sudden death 1s common in early
puerperium it is advisable to keep the patients in hospital
for 23 woeek terdelivery.

Inacase of ESevery obstetrician should counse)
the patient against pregnancy. [t s so important that
Glewsher ot al (1979), have given provocative statement
fike “abortion is the proper management for pregnancy”
which is very true. A first trimester 1D & C under
maracervical anacsthesia ould be performed for

Crruplion of pregnancey. Flective surgical sterilization,
noless than three months atter any previous pregnancy
1~ advisablie. T.ocal and conduction anaesthesia are
preterable to general anesthesia (Arias, 1977). Both our
patients who survived were counseled against further
pregnancy were advised to come back atter 3 months.
Due to lack of good antenatal care all the 3 reported cases

Fisenuenger wyndycme v pred nanc

were diagnosed late in pregnancy Two of fho

responded to conventionat therapy

||1<‘\' ittt
should normally be advised agamst preginarc i e
come with pregnancy, abortionm botrimestor o hocing

~terilization atter delovervshoufd be done
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